Vanishing bile duct syndrome is the group of acquired cholestatic liver disease associated with progressive destruction and disappearance of the intrahepatic bile ducts. We report a case of a 55-year old man with end-stage renal disease and diabetic mellitus who presented with progressive cholestatic jaundice. He had no risk factors for chronic liver disease and hepatotoxic medications. The liver function tests were cholestasis pattern. The liver biopsy showed severe ductopenia compatible with vanishing bile duct syndrome.

